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Identity 
Hugo: IKZF2 
Other names: Helios; ZNFN1A2; Mouse Ikzf2 
Location: 2q34 
Note: Belongs to the Ikaros family of zinc finger 
containing DNA binding proteins. 
DNA/RNA 
Description 
143 kb encoding 7 exons. 
Transcription 
12 kb transcript, alternatively spliced to give two 
predominant isoforms. 
Protein 
Note: 526 amino acids. Mouse protein migrates at 70 
kD. 
 
 
Helios with the zinc finger domain shown as blocks and the 
exon junctions in black lines. 
Description 
Largest isoform contains four N-terminal zinc fingers 
used for DNA binding and two C terminal zinc fingers 
for homodimerization and heterodimerization with 
other Ikaros family members. 
Expression 
Largely restricted to the thymus. In mice, besides 
thymocytes and T cells, low levels are found in proB 
cells and bone marrow multipotent progenitors. 
Localisation 
Nuclear. Often localizes to the pericentric 
heterochromatin as punctate spots in cycling cells, with 
diffuse nuclear localization in non-cycling cells. 
Function 
Helios is thought to be important for T cell 
development and may function as a repressor of 
transcription. However, Helios mutant mice have not 
been reported. In mice, Helios can recruit the NuRD 
chromatin remodeling complex to the pericentric 
heterochromatin. 
Homology 
High level of identity to Ikaros over the zinc finger 
domains. 
Implicated in 
Leukemia 
Note: Shorter isoforms of Helios are expressed in 
certain human leukemias. They may function as 
dominant negative inhibitors of full-length proteins due 
to the lack of DNA binding domain. However, 
dominant negative functions have not been 
demonstrated experimentally. 
Disease 
T-cell acute lymphoblastic leukemia. 
Lymphoma 
Note: Overexpression of Helios in B cells of mice 
promotes lymphomagenesis. Overexpression of a DNA 
binding mutant in hematopoietic progenitors leads to 
aggressive and transplantable T cell lymphomas in 60% 
of the mice. 
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